We report a female with Klippel-Trenaunay-Weber (KTW) syndrome because of her major problem of life threatening menorrhagia due to a uterine haemangioma. As far as we are aware this is the first report of a uterine haemangioma in KTW syndrome. The patient is of interest to gynaecologists, orthopaedic and vascular surgeons, radiologists and dermatologists, all of whom may be involved in diagnosis and management. The case also illustrates the therapeutic options in limb and uterine involvement.
Case report A 25.year.old woman presented to the Dermatology Department with lesions on the medial and lateral aspects of her right ankle of 7 years duration. Her right leg was larger than her left at birth, and grew more rapidly. This was treated by stapling of the epiphyses at the age of 11 years. The staples were removed 2 years later, when both limbs were of equal length.
At the onset of menstruation she suffered from catastrophic uterine bleeding necessitating repeated blood transfusions. She received a total of 30 units of blood. Examination revealed soft tissue hypertrophy of the right lower limb although both lower limbs were of equal length. Varicose veins were evident on the right lower limb. Violaceous plaques were present medial and lateral to the right ankle. The plaques were scaly in areas and had a tendency to crusting and oozing ( Figure 1 ).
An aortogram performed at the age of 22 years demonstrated a uterine haemangioma with multiple feeding arteries ( Figure 2) . A right femoral arteriogram showed many small arterial malformations in her right leg, but no large arteriovenous fistulae.
A venogram demonstrated the presence of severe varicosities. Deep veins were present, but the valves were considered incompetent. Skin biopsy taken from the plaque on the lateral aspect of the right ankle showed a proliferation of capillaries with extravastion of red cells. Histopathology was compatible with a diagnosis of pseudo Kaposi sarcoma.
Treatment is with the contraceptive pill Eugynon 30 (Levonorgestrol 250 micrograms and ethinyloestradiol 30 micrograms) taken for 3 months at a time with one week off and with compression hose 35-40 mm pressure at the ankle.
The patient has been advised to avoid pregnancy.
Discussion
Klippel and Trenaunay described a syndrome comprising a cutaneous vascular naevus extending in a segmental distribution with associated varicosities limited to the affected side. The abnormalities are noted in infancy and hypertrophy of both soft tissue and bone occur in the affected areal. Parkes-Weber reported similar cases which had arteriovenous fistulae and introduced the term haemangiectatic hypertrophy'', In KTW syndrome the vascular abnormalities commonly affect the skin and the arteriolar and venular systems, but may also affect internal organs. Ifa cutaneous naevus is present, it is frequently a port wine stain, but other haemangiomas and lymphangiomas may occurs. Arterial abnormalities range from small arterial malformations as in our patient to large arteriovenous fistulae. Absence of deep calf veins has been recorded in association with the superficial varieositiess, Recommended treatment is conservative but surgery and embolization may be necessary in life threatening situations like high output cardiac failure or peripheral gangrene' where a large AN fistula is present. Stripping and ligation of varicose veins is not useful because deep vein abnormalities lead to rapid recurrence of superficial varicosities and oedema, and also because the degree of disability tends to become stationary in time", Our patient's uterine haemangioma caused life threatening haemorrhage, and the number of blood transfusions necessary prior to the satisfactory control of her uterine bleeding would not now be acceptable because of the dangers of contracting AIDS. Embolization of her uterine haemangioma was considered technically toodifficult because of its multiple feeding vessels, and hysterectomy has been avoided by the satisfactory response to hormone therapy.
Many disciplines cooperate in the treatment of Klippel-Trenaunay-Weber syndrome but this woman must represent one of the fewer occasions where the dermatologist can contribute to making the diagnosis in a case of dysfunctional uterine bleeding. We present the case of a child who developed subcutaneous calcification at the age of 3 months and consequently earned a retrospective diagnosis of pseudopseudohypoparathyroidism (PPHP). She was later diagnosed as having pseudohypoparathyroidism (PHP). To our knowledge this is the earliest recorded onset of the condition.
Case report
The patient was fll'st seen at 10 months of age with a 7 month history of 'hard lumps' on her chest wall and groin. Examination found them to be calcifiedsubeutaneous nodules. As she was otherwise well a clinical diagnosis of calcified fat necrosis was made and no further investigations undertaken. The appearance of further skin lesions at 2 years led to surgical excision and the histology demonstrated true ossification of the tissues. The plasma calcium and phosphate were normal. She was seen again at 12 years and found to have short stature (height of 140 cm was on 3rd centile), obesity (weight of 49.5 kg was 90th centile), round face and shortening of the third and fourth digits of both hands. Similar subcutaneous lesions had appeared on the back, occiput, right wrist and right external malleolus. She was otherwise asymptomatic and attended normal school. Her plasma calcium was now 1.49 mmol/l and her phosphate 2.83 mmolll. The remaining biochemistry was normal. Radiology of the hands showed shortening of the 4th and 5th metacarpals. An assessment of the parathyroid hormone (PTH) level found it to be 175 pmolll (reference range 59-110) whilst a parathyroid stimulation test was performed and failed to produce a rise in either urinary cyclicAMP or urinary phosphate. These features were, therefore, consistent with a diagnosis ofPHP (type D.
Discussion
PHP is a condition of end organ resistance to the high levels of circulating PTH and was fll'st described by Albright et al; in 1942 1 • The characteristic somatic features of short stature, obesity, round facies and brachydactyly with the accompanying biochemical abnormalities are well illustrated by this case.
This patient, however, presented at an earlier age with subcutaneous ossification. This is an abnormal finding in childhood and suggests an underlying pathological process such as skin tumours, neuropathies or disorders of PTH2. As there were no other abnormal signs and the calcium and phosphate were normal our interpretation is one of a retrospective diagnosis of PPHP during the fll'st year of life. PPHP was also described by Albright S and has the somatic features of PHP but lacks the attendant biochemical disorder.
The evolution of PPHP into PHP has already been documented! although the patient was not as young as the one presented here. In that report the patient had somatic features and normocalcaemia at the age of one year, but developed the biochemical changes by 3 years. There are reports of PHP converting to PPHPIl as well as the two conditions co-existing
